Family history: Patient's brother (born 6.10.49) died at 3 months with polycystic kidneys and uremia. A maternal uncle died with polycystic kidneys. Father, a diabetic, died in 1956. History: During the first few weeks of life vomiting was persistent, both kidneys were palpable and scaphocephaly was present. Aged I month, Ramstedt's operation; 4 months, scaphocephaly treated by craniectomy and Ingham's operation, with good long-term result. At 5 months: blood urea 68 mg/100 ml, liver edge 5 cm below costal margin, IVP and retrograde pyelogram gave no conclusive information. A poor prognosis was given for the renal condition, but during the next six years he remained well and developed normally, being at the age of 3 years 'lively and intelligent'. June 1966: side-to-side portacaval anastomosis was performed. With this degree of hypersplenism a splenectomy and splenorenal anastomosis would normally be done, but was not in this case because of the danger of damaging the patient's already poor renal function. The kidneys were polycystic; the liver was slightly enlarged with white fibrous streaks on the surface but looked reasonably normal.
A liver biopsy at this time showed proliferation and dilatation of the portal tract bile ducts with portal tract fibrosis and residual chronic inflammation. Liver lobules were of normal appearance with a few focal areas of necrosis but no regeneration.
The patient remained anaemic. The haemoglobin fluctuated greatly, being 68% in April 1966 , 90% in October 1966 and 66% in January 1967 . Tests for fmcal occult blood performed over this time have remained strongly positive. Platelet count has varied between 90,000 and 155,000/mm3. There has been no hwmatemesis or melaena.
November 1966: Retrograde inferior vena cavagram was performed through the left femoral vein. The vena cava outlined normally, the shunt was patent, contrast entered the portal system and the liver.
In the immediate post-operative period the patient was put on a restricted protein diet but this was stopped a month post-operatively. In October 1966 he showed mild hepatic encephalopathy. He appeared from choice to be taking a very high protein diet. He was therefore put on protein restriction and neomycin, which improved his general condition considerably. Occult blood continues to be found in the stools. Mother's past history: 1959: Thyrotoxicosis; subtotal thyroidectomy. 1961: First pregnancyrecurrence of thyrotoxicosis, treated medically; delivered of premature infant weighing 1-8 kgneonatal thyrotoxicosis, died aged 2 months. 1963: Again thyrotoxic; maintained euthyroid with propylthiouracil. Second pregnancy -3-6 kg infant with neonatal thyrotoxicosis, treated with Lugol's iodine and propylthiouracil for six weeks and recovered. 1965: Second subtotal thyroidectomy; no further medical treatment.
Present obstetric history: Euthyroid until 30th
week of third pregnancy, when she developed preeclampsia and a recurrence of mild thyrotoxicosis which did not require treatment with antithyroid drugs. She went into labour after an antepartum hemorrhage at the 34th week and was delivered of a 2-2 kg infant.
On examination: Infant had prominent eyes. Thyroid not palpable. Cyanosis with rapid grunting respirations. Heart rate 160-180/min. A few crepitations at both lung bases, liver 11 cm and spleen 6 cm below costal margin.
Progress: For the first week the child was cyanosed, jumpy, restless and mildly jaundiced, with tachycardia and liver enlargement out of proportion to the dubious heart failure. After this the tachycardia gradually settled; the liver remained enlarged for 3j months.
Treatment: Digoxin 0-02 mg twelve-hourly for 24 days. Lugol's iodine 0 5 minim (0-03 ml) eighthourly for 26 days. Carbimazole 2 mg b.d. initially and in gradually reduced dose for 3j months. Chloral hydrate and phenobarbitone during first 24 days. This neonate presented with the deformities as shown (Fig 1) . Urine and meconium were voided through the upper, right penis, while urine alone was voided through the left penis. An intravenous pyelogram showed single right and left kidneys each draining into its own bladder and urethra. A barium enema showed a duplication of the colon from the hepatic flexure down to the rectum -the left colon opening in the anus and the right colon in the posterior urethra of the right bladder. The deformities were confirmed at operation and their correction carried out by staged procedures. 
